-ROGER WYBURN-MASON at three and a half years, showed at each macula a brownish-red spot surrounded by a greyish area with no other retinal changes. One of Condes and Horner's Japanese cases-described as infantile, set in at one and a half years of age. In Higier's (1906) Jewish family, the fourth child had a typical .cherry-red'spot at the macula, when seen at the age of thirteen-months. One of Liener and Goodhart's Jewish cases had its onset at the age of nine months. Greenfield and Nevin's non-Jewish case died shortly after being seen for the first time at the age of two years and ten months, and a red spot was present at the macula with a greyish area around it. In Case 7, the brother of their case, the first symptoms occurred at the age of ten months but the child did not die until three yea;s later. The eldest patient in our L. family did not develop symptoms until the age of eighteen months although in two of the other siblings the onset of visual failure occurred before the age of one year. Case 10 in the Ha. family had no symptoms until the age of eight years and a typical cherry-red spot was present when seen two years later. She is by far the oldest patient in which such a sign has been recorded. The family are nonJewish, there was no consanguinity and an elder sister died from the infantile type of the disease under the age of one year. The mother also showed mental symptoms, epilepsy and optic atrophy.
2. Absence of the cherry-red spot.-This occasionally occurs as in the cases of Hassin and Parmelee, Schlesinger et al., Weber, Higier (1906) and the third case of the L. family. In all these cases the findings were those of a simple optic atrophy, but this may precede the development of a cherry-red spot as in Koller's case and it seems probable that had some of the cases been followed further, the typical cherry-red spot would have appeared. Further the appearance of the cherry-red spot may change as in Buchanan's case, where the red spot was surrounded by a greyish r,ather than a white zone. In Case 7, the brother of Greenfield and Nevin's case, the cherry-red spot was also surrounded by only a faint greyish zone. Bertrand and V. Bogaert mention a family in which two infantile cases occurred and a third member showed dementia, the first symptoms occurring at the age of three. The patient was alive at the age of eighteen years, but the retinae were normal and this was thought to be a case of amaurotic idiocy without eye signs. It is probable that, just as in-the brain, the severity of the changes varies from region to region, so in the retina, which may or may not be heavily involved. ANOMALOUS FORMS OF AMAUROTIC IDIOCY failure of vision at four years, dying two years later, wlpile the third began to fail in the second year and died within the third year. Case 11 began to have symptoms at the age of three years and had typical eye changes at theage of four and a half years.
5. Although the patients usually die by the age of eighteen years they occasionally survive much longer as in our Cases 21, 23 and 24.
6. One of our cases (9) was born with a tumour on the ear.
C. LATE INFANTILE TYPE.
Under the title " Late Infantile Familial Amaurotic Idiocy with Cerebellar Symptoms " Bielschowsky described -an intermediate group between the infantile andc juvenile types of the disease. His cases began in the fourth year and the eye sighs appeared late and usually consisted of optic atrophy only. Histologically the cerebral lesions'are the same as those in the two other'-types. It is usually considered that cases with their onset between the ages of one and four years-fall into this group. Although attempts have been made to differentiate this type of the disease from the two -preceding, it is doubtful if such is possible. We have seen above that the cherry-red spot may occur in this period and that a patient exhibiting this sign may be one of a sibship in' which the onset of the condition is usually in the infantile period. Further, in some families in which some members have'a typical cherryred spot, others have merely optic atrophy and either of these findings may be present, whether the case occurs in the infantile or late infantile periods. We have also noted th'at families exist 'in which some members of a sibship have the typical macular changes of the juvenile type and-others only optic atrophy. No family has been described in which a cherry-red spot has occurred in some members and the peppered pigmentary changes in others. Optic atrophy is a common sign of degeneration of the retina and it may occur in association with a cherry-red spot or the pigmentary_retinal changes of juvenile cases, or alone. The last finding has been suggested by some authors, e.g., Greenfield and Nevin, as the basis of considering such cases occurring in the late infantile period as transitional between the two main groups, but, as we have seen, it may occur in association with either of the two main types. There are no grounds to justify the separation of a late infantile type from the infantile and juvenile types. In the period from one to four years may occur cases of the infantile type having an onset later than usual and also, cases of the juvenile type coming on earlier. All that can be said is that, when cases occur in this period the retinal changes tend to be those of optic atrophy only, but both types of the disease may occur. Ho. families, Cases 25-27. They resemble the juvenile cases in the retinal changes except that these tend to be less marked than usual (see Fig. 9 ). Only in one of our cases did any convulsions occur and then only a small number at the beginning of the illness.
It is obvious that these cases are' the same as the juvenile type, but-with a later onset, as in Case 27 there was a younger brother who died from the disease at the age of six years. The, course -tends toi be slower and the symptoms of the disease chiefly due to cerebellar and pyramidal tract involvement oausing considerable progressive ataxia, spasticity and dementia. History.-From birth to the age of fifteen years he was abnormally fat, at the latter age weighing twelve stone eight pounds. Seven months before admission, while playing tennis, he found difficulty in following a fast moving ball and in judging its dis. tance from him. Three months later he had difficulty in seeing in the dark. He could see car lights but not people, especially if they were standing still, and, a'month later still, he noticed tiny moving spots dancing in front of his eyes. One month before admission, at night the sky seemed to be pink, but the moon and stars appeared yellowish-white. During the past two years he had Apart from the cases considered, a few have been described with typical histological findings occurring in adults. When this happens it is common to find that the whole syndrome is not present, either the retinal or cerebral symptoms being absent.
1. Adult amaurotic idiocy without eye signs.-Walter reported on a family of which three members were affected with idiocy and nervous lesions but showed no eye changes'. The youngest died at' twenty-three but the others were alive at twenty-four and twentynine years, of -age. Post-mortem examination showed changes similar to those in amaurotic idiocy. Kufs With the above facts in mind, attention must be drawn to the histochemical findings. In the infantile type of the disease the substance deposited in the cells of the nervous system and retina is of a " pre-lipoid " nature, whereas in the juvenile tvpe it is of a lipoid nature, the two types differing in this respect. Again, as already mentioned, no record of the association of Niemann-Pick's disease with the juvenile type of amaurotic idiocy has occurred either directly or in a family. Niemann 
